Scleroderma or progressive systemic sclerosis is a cliffuse disease characterised by excessive deposition of collagen and small-vessel arteritis. Systemic sclerosis is divided into two groups.
Case report
A 48-year-old African woman with known scleroderma presented with difficulty in mastication, swallowing and laxity of the right temperomandibular joint. She was referred by the dermatologist for a skeletal survey and on the cervical spine X-rays (Figs la + b) it was noted that the mandibular ramus was not clearly visualised; thus skull views were requested (Figs 2a + b). On these views the right ramus of the mandible was absent. This was then confirmed on the panorex view ( Fig. 3 ), which showed only a residual dislocated condyle on the right side, and resorption of the condyle and coronoid process on the left side. X-rays of the hands (Fig. 6c ) showed gross resorption of the terminal phalanges and dislocations. The feet showed less severe changes ( Fig.7) .
A barium swallow ( Fig. 5 ) was requested because the patient complained of difficulty in swallowing. This showed widening of the whole oesophagus with poor peristalsis and stasis. Reflux was demonstrated, the distal oesophagus was slightly narrower for a length of 8 cm, with superficial ulceration, consistent with oesophagitis and early peptic stricture formation. An HRCT scan of the chest showed no basal fibrosis or aspiration, but the oesophagus wall was thickened and a fluid level due to stasis was noted.
Special investigations

Laboratory investigations
Laboratory investigations revealed the following: Hb = 8 gldl (iron defi-
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SA JOURNAL OF RADIOLOGY • March 2002 ciency); (ii) extractable nuclear autoantibodies (negative); (iii) remaining blood tests also did not contribute to the diagnosis; (iv) the patient had proteinuria (U-total protein 213.0 (10.0-140.0 mglL)), but creatinine clearance was still within normal limits (92.6 with a range of 65 -123 units).
Skin biopsy
Biopsies were taken from both arms and the abdomen.
All the biopsies showed features of marked dermal fibrosis and sclerosis with minimal, mainly perivascular infiltrates of chronic inflammatory cells. Some of the adnexal structures appeared somewhat atrophic.
In the biopsy of the left arm (keloid-like plaque appearance) the connective tissue appeared somewhat more cellular.
In view of the clinical features of multi-organ involvement, the pathologist felt that the histological findings probably fitted best with systemic sclerosis. 
Gastroscopy
Grade II oesophagitis Hiatus hernia • Antral gastritis.
EMG
Showed signs of myopathynormal conduction, small motor units and polyphasic potentials • Muscle biopsy was suggested.
Discussion
Progressive systemic sclerosis affects the 30 -50-year age group with a 3:1 female-to-male predominance.
Clinically the patients have weakness and general debility with a 67% 5-year survival rate.
Histologically there is vasculitis and submucosal fibrosis extending into muscles with smooth muscle atrophy. (Initially hypertrophy and finally atrophy of collagen fibres.)
This generalised disorder of connective tissue is characterised by inflammatory, fibrotic and degenerative changes, accompanied by vascular lesions on the skin, synovium, oesophagus, stomach, intestinal tract, heart, lung and kidney. The initial complaint is usually Raynaud's phenomenon, swelling of the distal parts of the extremities or gradual thickening and tightening of the skin of the fingers.
Dystrophic calcification of soft tissues, which is not present in this case, usually occurs in the finger tips, and may develop over bony prominences.
The CREST syndrome may remain confined to the skin for long periods before involving the other systems.
The rheumatoid factor is positive in 35% of cases.
LE cells are present in 5% and antinuclear factor antibodies are found in 30 -80% of cases.
The reported incidence of systems involved is as follows:
Musculo-skeletal
• Arthralgia in 50 -80% of cases • Arthritis of lP joints of hands in 25% of cases Later flexion contractures may develop. 
Gastro-UntestUtal
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Renal
25% of cases involved
Renal insufficiency is a major cause of death.
Cardiac
Myocardial fibrosis Cardiac arrhythmias are often present.
Radiological features of the skeletal system
Initially there is thickening of the soft tissues of the fingers (Fig. 6a ) but later the soft tissues become thin as the subcutaneous fat is replaced by fibrous tissue. There is tightening of the skin and flexion deformity of the fingers and other joints develops ( Fig. 6b ). Calcinosis may develop.
Resorption of terminal tufts occurs and is progressive; distal, middle and proximal phalanges may be destroyed.
Other prominences of bone may be resorbed such as the medial aspect of the 5th metacarpal base, outer margins of the radius and ulna, distal clavicle, acromion process, mandibular condyle, cervical spine and the superior margins of the posterior aspects of the midthoraeie ribs.
Rib resorption is often bilaterally symmetrical and in rare cases may be profound. The cause of superior marginal rib resorption and mandible resorption in progressive systemic sclerosis is unknown but pressure atrophy resulting from skin thickening or osseous ischaemia may be responsible for mandibular resorption.
Conclusion
A 48-year-old African woman with known scleroderma is discussed demonstrating some of the less common skeletal manifestations, namely mandible and rib involvement. The more common soft-tissue calcifications were not present in spite of severe bony changes of the hands.
